IntrOductIOn
Disorders in sex development (DSD)) refer to a group of congenital conditions characterised by incongruence in the chromosomal, gonadal and anatomical sex. 1 2 In children with atypically developed external genitalia, DSD will be mostly identified at birth. In children born with genitalia that have a typical male or female appearance, DSD will be identified later in life, in most cases because of an atypical development in puberty.
Most types of DSD do not involve life-threatening diseases, and pathology can be treated well. Identification of DSD, however, can be a traumatic experience. 3 In children born with atypical genitalia, it may be necessary to postpone assignment of gender until a (preliminary) diagnosis has been reached. For parents, the delay in establishing a fundamental component of the child's identity can be an extremely stressful event. The findings
What this study adds
► This survey on the service offered by providers of psychosocial care revealed a focus on parental support ► Issues regarding sexual functioning with genital atypicality, infertility and inability to meet some social expectations receive little attention ► An extension to the needs of adolescents and adults is discussed Open Access of the diagnostic procedures will require additional demands. By sharing results, professionals and parents can discuss the infant's gender and surgical options. Some parents prefer to delay gender assignment and/ or surgical decision making, but deciding to delay is also an active decision. In addition, parents need to decide on disclosure of their child's condition to family and friends. Such demands can be extremely distressing, particularly in case parents do not immediately comprehend the child's condition and lack overview of the consequences of decisions. [3] [4] [5] [6] [7] [8] [9] Identification of DSD later in life is often preceded by worries related to an atypical development in puberty, such as a delay of puberty, cease of continuation or development of bodily changes of the other gender. Such changes are puzzling and may lead to sadness, disgust of the own body, shame and social fear. In adolescents, it can be shocking to learn that they have been born with DSD; they may have fundamental doubts about oneself and experience themselves differently than before. Parents may undergo similar feelings raising doubts and uncertainty about the child's future opportunities. Often, time is needed to accommodate the self-concept to the recent medical findings. [9] [10] [11] Coping with DSD, at any stage in life, remains challenging. Most individuals with DSD have to cope with atypical genitalia and subinfertility or infertility. Due to a wider social unawareness of DSD and misunderstandings, individuals with DSD may be confronted with insensitive reactions and social stigmatisation. Children, adolescents and adults with DSD may prefer atypical or cross-gender role behaviour and activities; sometimes they are criticised for these preferences. The atypical appearance of the body and genitalia requires self-confidence to enter romantic relationships. Young people need to build confidence in exploring their sexual self before they will be able to make necessary adjustments in love making. [9] [10] [11] [12] [13] [14] [15] In communities, cultures or religions that expect procreation, individuals who are subinfertile or infertile will be less valued as spouses. Being unmarried may involve an unfavourable social position. 16 In meeting these challenges, many individuals with DSD and their parents need help. [3] [4] [5] [6] [7] [8] [9] [10] [11] [12] [13] [14] [15] [16] [17] [18] Basic thought for medical and psychosocial care is that the individual with DSD will be accepted and will have optimal chances for self-actualisation and for social participation in childhood, adolescence and adulthood. Against a backdrop of variation across countries, providers and professional roles, we wanted to understand how psychosocial care for these individuals happens. Therefore, a survey, developed to examine practice and understand research priorities, was distributed to psychosocial caregivers working in centres that deliver specialist care for children and adults with DSD.
MAterIAls And MethOds design
Web-based survey among psychosocial caregivers with expertise in DSD.
Participants
Professional caregivers involved in psychosocial care for individuals with DSD were included. Names and email addresses of 93 potential respondents were obtained from multiple sources related to DSD, including from a previous survey 19 held among paediatric endocrinologists who were registered clinical users of the I-DSD Registry or members of DSDnet, 20 21 from the European Network for Psychosocial Studies in Intersex/Diverse Sex Development (EuroPsi 22 ) and from the Pediatric Psychology Network (PPN 23 ).
Measure
The survey consisted of 63 questions with preset answer categories on professional training, working setting, collaboration with other professionals, patients, types of professional activities and a few open-ended questions that asked the respondents to share their ideas regarding good psychosocial practice for individuals with DSD and expertise that should be developed in the future. The survey took about 20 min to complete. For some questions only one response could be given, other questions allowed for multiple responses.
Procedure
The survey was open between 23 September and 23 December 2015. Personalised emails with a reference link to the survey were sent to all potential participants; non-responders received two reminders. Collected data were automatically stored in a database file and made ready for statistical analysis. The database was protected by password and only accessible for researchers.
statistical analyses
All categorical data were analysed by descriptive statistics, cross-tabulation and χ 2 test using IBM SPSS V.22. Qualitative data were analysed by text analysis, conducted by two researchers. results response rate and respondents' characteristics Forty-six respondents from 22 countries completed the survey (response rate 49%). Respondents were based in Europe and adjacent Mediterranean countries (88%), North and South America (10%) and Asia (2%). They were trained in psychiatry (n=3), psychology (n=27), as nurse specialists (n=6), social workers (n=3), religious workers (n=3) and teachers (n=2). All respondents had obtained at least a bachelor's degree, 54% had completed advanced or postgraduate training and obtained registrations in professional or governmental registries. Most respondents (76%) had attended a specific course, training or a conference on DSD in the past 3 years, and 56% were involved in training courses on DSD.
Almost all respondents (87%) indicated they were working in or collaborating with a team of professionals specialised in DSD care. Most respondents were based in Non-hospital based-referrals from DSD-specialised clinicians
22%
Hospital and non-hospital based 15% hospital-based expert teams (78%), 22% of respondents were working in other clinics, centres or private practices and collaborated with medical doctors with expertise in DSD working in other hospitals and 15% of respondents were working in both settings. Compared with non-hospital based respondents, hospital-based respondents were available at short notice (χ 2 =11.276, df=2 p=0.004). In addition to psychosocial care, 50% of respondents reported involvement in DSD-related research (see table 1 for details of respondents' characteristics).
Involvement in clinical care
Referrals for psychosocial counselling came from paediatric endocrinologists (76%), gynaecologists (39%), paediatric urologists (37%), paediatricians (37%), endocrinologists (30%) and clinical geneticists (28%). Approximately 20% of referrals came from other disciplines (eg, neonatologists and paediatric surgeons).
Professional activities
Most counselling was provided to parents (74%), followed by counselling of children (39%), adolescents (37%) and adults (11%) (see figure 1) .
Care focused on patients diagnosed with 46,XX DSD (74%), 46,XY DSD (59%) and chromosomal DSD (59%), but care for patients born with an atypical development of the genitalia-not related to DSD (59%)-and patients born with severe anatomic anomalies of the abdomen such as malformations of the urinary tract and cloacal malformations (54%) were also reported. Patients with Turner and Klinefelter syndromes were least frequently referred (41% and 52% of referrals, respectively).
Psychosocial counselling primarily focused on coping and acceptance of DSD, education on psychological aspects of DSD, information on disclosure among family and friends and on coping and acceptance of infertility is represented in figure 2.
Respondents were asked about frequency of utilised resources of information. The the most common included web-based resources (50%), information leaflets (37%) and books (30%). Information on support groups was provided more often (56%) than group facilitation (17%). Fifty-six per cent of respondents reported at least one support group active in their country, but 32% respondents were not aware about a national support group (12% had not responded).
Respondents were asked to report the emotional problems related to DSD they most frequently observed among referred individuals (see figure 3) .
Most psychosocial caregivers collaborated with a psychiatry department, a psychiatrist or were trained in psychiatry (76%). Only seven respondents indicated they did not do so, and another four respondents had not completed this question. From a list of 19 services in psychosocial management, respondents were asked to prioritise five services they valued most. We observed high agreement regarding prioritised services: individual counselling and therapy (19%), helping individuals and parents in making decisions (19%), promoting resilience (19%), preventive group work (15%) and their professional contribution to the multidisciplinary team (28%).
Consultation was also provided regarding acceptance of the atypical body and genitalia, counselling regarding decision making on genital surgery and sexual intercourse. Coaching in vaginal dilation and sex education Open Access were least requested (see figure 4) . Only 33% of the providers of psychosocial care collaborated with a sex therapist or were trained as a sex therapist themselves.
Furthermore, participants indicated that long-term case management could be improved as well as communication between the members of their own team.
dIscussIOn
The consensus statement 1 2 made clear that standardisation is conditional for future development of clinical management in DSD. Related guideline documents promote an integrated, interdisciplinary healthcare team that includes qualified mental health providers. 2 24 In the process to develop standards, several surveys among professionals have been conducted. 19 25-27 From the survey, we learnt that professionals working in psychosocial care are less well organised than medical professionals and there is variation within disciplines, training and clinical settings. Most respondents were based in hospital-based expert teams. Those who were not hospital based, collaborated with medical professionals specialised in DSD care. Since most referrals were generated from paediatric endocrinologists, it is reassuring to note well-established collaboration between psychosocial providers and medical specialty teams exist. Most hospital-based psychosocial caregivers were available at short notice. Availability without delay is important; identification of DSD can be a shocking experience for the parents 3 as well as the adolescent who is able to comprehend the implications of the diagnosis. The diagnosis, often difficult to understand well immediately, will raise many questions and uncertainties. Availability of professional counselling with minimal delay will be helpful for patients or parents to regain grip and will restore confidence in the situation.
The majority of responders provided psychosocial care to parents. Particularly in the first period after diagnosis, parents will need counselling to comprehend and cope with the condition. By supporting parents well in this first intensive period, parents will likely become able to support their own child. Confidential counselling for children and adolescents is valued since children and youth may experience difficulties to discuss delicate matters regarding gender, identity and sexuality with their parents.
Counselling was focused on providing information in helping to understand DSD and its implications, coping and acceptance and information on disclosure. Most activities were focused on patients with 46,XX, 46,XY and chromosomal DSD, but consultation was also provided to parents and children with other rare anomalies of the genitalia and abdomen.
Children with Turner and Klinefelter syndromes were least frequently seen. As these syndromes are most prevalent among all types of DSD, with prevalence of 1:4500 (Turner syndrome 28 ) and 1:500 (Klinefelter syndrome 29 ), it seems likely that children and adolescents with these syndromes and their parents more often will be referred to other psychosocial caregivers with expertise in the neurocognitive problems more frequently observed in these children.
Confusion about gender and coping with cross-gender role behaviour were frequently reported resulting in emotional problems and challenges. Additionally, DSD-related anxiety and depression were also frequently seen in services. Regarding the high frequency of gender dissatisfaction, collaboration with a psychiatrist is recommended. Only a minority of the respondents collaborated with a sex therapist. Most consultations on this issue were on coping with the atypical genitalia and decision making on genital surgery, but colleagues were also consulted for questions regarding sexual functioning. Collaboration with a sex therapist, and development of expertise on sexual issues among psychosocial caregivers in DSD, is important.
This survey has several shortcomings. As psychosocial caregivers are not organised well, many respondents were traced by email addresses obtained from a survey carried out among paediatric endocrinologists who were registered clinical users of the I-DSD Registry or members of DSDnet. By this strategy, we selected providers of psychosocial care who collaborate with paediatricians and who are working in specialised teams. We may have invited the vast majority of the available colleagues, but we may have not identified an important number of psychosocial caregivers who are only involved in adult care or psychosocial caregivers who do not wish to collaborate with medical professionals. Despite repeated requests to complete the Open Access survey, half of all colleagues did not respond. Language of the survey was English. Non-respondents may have had insufficient knowledge of the language to respond to the questionnaire. Consequently, our findings may not be representative. Furthermore, respondents were able to skip questions while responding to the survey. Consequently, we were left with incomplete surveys. Despite providing free text or narrative space, few respondents provided feedback about their service, education or research needs.
The survey among professionals from different nations worldwide who are involved in psychosocial care is original and provides a platform for growth. It is well recognised that individuals with DSD and their parents face many psychological and psychosocial challenges in life, and psychosocial consultation is valued highly, both by clinicians and by members from support groups.
1-18 As DSD are rare conditions, the number of colleagues with expertise in providing psychosocial care is limited; publications on content of psychosocial care, such as themes in counselling and type of interventions, are scarce. 9 15 17 Our survey revealed a large variety between providers' training, background and position in the DSD team; standardisation in the development of psychosocial care only recently came under attention. 15 Nevertheless, we observed high agreement among respondents in priority of services in psychosocial management. Combined with research publications, 9 15 17 we think that this survey can be the start for development of standards of psychosocial care in DSD.
A few respondents also provided consultation to adults. Adults with DSD may have less access for psychosocial care than children, adolescents and their parents. Sexual dysfunctions and sadness regarding infertility are frequently reported. [30] [31] [32] [33] [34] [35] [36] [37] In the past 25 years, adults with DSD became organised in support groups. These groups became very successful in ending the isolated position of individuals with DSD and raising awareness that necessary changes in medical practice are possible. These groups also became successful in setting the agenda for improvement of clinical practice. However, members of support groups cannot and should not fulfil the role of the professional caretaker.
Medical professionals are working hard to develop standards of care for individuals with DSD. Availability for psychosocial care should be included. From this survey, we learnt that psychosocial care is focused on parental help, for children and adolescents. We assume that psychosocial management should also include adult care. Sexual problems, confusion about gender or gender dysphoria are probably more frequently seen in late adolescence and early adulthood. The providers of help for DSD were all mainly based in paediatric service, and we think children will benefit from collaboration with gynaecology and urology. A greater focus for acceptance of the atypical genitalia, sex education, how to discuss sexual issues with your child (parents) and with your lover (patients) in combination with reinforcement of coping capacities and resilience is needed. Professionals in psychosocial care should be trained in discussing sexological issues.
